Background. Congenital self-healing Langerhans cell histiocytosis (Hashimoto-Pritzker disease) is the rarest form of Langerhans cell histiocytosis, usually confined to the skin and/or mucous membranes. Cutaneous eruption is mostly generalized, papular, nodular or vesicular. Despite impressive clinical presentation in a newborn it infrequently spreads to internal organs (which then portends a grave prognosis, indistinguishable from Letterer-Siwe disease). Case report. We presented a full-term newborn, female, 3.3 kg who had a multitude of erythematous and crusted papules, nodules and pseudovesicles distributed all over the body, except for the mucous membranes. A biopsy and haematoxylin − eosin stain revealed dermal infiltration of pleomorphic histiocytes with eosinophilic ground-glass cytoplasm and round to bean-shaped nuclei. Over the next six weeks the eruption gradually subsided leaving no residues, or a few atrophic scars. Conclusion. There is no need for specific treatment of congenital self-healing Langerhans cell-histiocytosis in the absence of multiorgan involvement. However, a close and regular follow-up is necessary to evaluate the children for systemic symptoms and signs.
Introduction
Congenital self-healing Langerhans cell histiocytosis (synonym: Hashimoto-Pritzker disease) belongs to the spectrum of Langerhans cell histiocytoses usually featuring only cutaneous involvement 1 . This is the rarest form among the Langerhans cell histiocytoses and is initially seen at birth or in the neonatal period 1 . About 25 cases have so far been reported. Despite its dramatic clinical presentation, frequently already at birth, in most patients the disease is self-limited and a complete resolution may be expected over several months. In this papper we presented a newborn baby presenting with widespread crusted papules and pseudovesicles.
Case report
A full-term 3.3 kg Caucasian female neonate was born by spontaneous vaginal delivery to a 26-year-old G1P0 mother whose pregnancy was uncomplicated. The neonate had a multitude of erythematous and crusted papules, nodules and pseudovesicles distributed all over the body save for the mucous membranes ( Figure 1 ). Her general condition was unimpaired. There was no organomegaly nor peripheral Over the next 6 weeks the eruption gradually subsided leaving no residues or a few atrophic scars. Abdominal ultrasound, skeletal survey, liver function tests, complete blood count, and routine biochemistry work-up were normal. The baby has been followed-up yearly over the next six years and she has remained disease-free since then.
Discussion
Congenital self-healing Langerhans cell histiocytosis (synonym: Hashimoto-Pritzker disease) belongs to the spectrum of Langerhans cell histiocytoses usually featuring only cutaneous involvement 1 . This is the rarest form among the Langerhans cell histiocytoses and is initially seen at birth or in the neonatal period 1 . About 25 cases have so far been reported. Cutaneous eruption consists of widespread red, violaceous or brownish firm papules, nodules, crusted papules and/or vesicles 1, 2 . Cases with solitary lesions have also been described 3 . Papulonodules may exhibit central necrosis and a characteristic peripheral rolled edge, whereas multiple superficial necrotic/vesicular lesions may resemble those of varicella or HSV infection 2 . Infrequently, there may be lesions within the oral cavity 1 . Cutaneous lesions may occur in crops, but regress spontaneously within several weeks or months leaving no residual changes or atrophic hypo-or hyperpigmented macules 1 . Rarely, relapse of cutaneous disease may occur up to 4 years after initial clearing of the congenital lesions 1 . Cutaneous infiltrates are composed of dense nodular dermal aggregates of pleomorphic histiocytes with convoluted or lobular nuclei, with approximately 10−30% of the cells containing Birbeck granules. The cells express S-100 protein and antigen CD1a, which is the same staining pattern as for malignant cells in Letterer-Siwe disease. There is also a variable admixture of multinucleated giant cells, eosinophils and neutrophils, sometimes with intense hemosiderin deposits. Generally, patients with Hashimoto-Pritzker disease have no systemic involvement except for mild hepatomegaly, though lung and eye lesions have been reported 4, 5 . There are no specific clinical or histologic criteria to predict the course of the disease, i.e. to distinguish Hashimoto-Pritzker from Letterer-Siwe disease. Disappearance of skin lesions and failure to develop other organ involvement is the only way to ascertain the diagnosis of congenital selfhealing Langerhans cell histiocytosis 6 . It should be noted that in some patients, skin lesions may recur and/or multiple visceral organs may be affected 1, 6 .
Conclusion
There is no need for specific treatment in the absence of multiorgan involvement. However, a close and regular follow-up is necessary to evaluate the children for systemic symptoms and signs 6 .
